Oligodontia, a form of hypodontia, is commonly seen in permanent than in deciduous dentition. It is defined as the congenital absence of six or more teeth, excluding third molars.
INTRODUCTION
Odontogenic anomalies are the formative defects caused by genetic disturbances or environmental factors during tooth morphogenesis occurrence of multiple anomalies in individuals or families, without evidence of other systemic manifestations or syndromes have rarely been reported. 1 Hypodontia/tooth agenesis is defined as a common anomaly of human dentition characterized
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Jo u r n a l h o m e p a g e : w w w. n a c d . i n by the developmental absence of 1/more teeth. 2 Oligodontia is defined as congenital absence of 'many' teeth ,without any specification as to the meaning of many. 3 Patients with six and more missing teeth are classified as having oligodontia excluding third molars. The incidence of missing permanent teeth has been reported to vary from 2.6 to 11.3% whereas primary teeth is considerably low. 4 Oligodontia can occur in association with genetic syndromes or non syndromic isolated familial triat or as a sporadic finding. 5 The treatment for this abnormality can be a challenge. 6 Care often requires multidisciplinary approach. The purpose of this article is to report a rare case of congenitally missing permanent teeth with over retained deciduous dentition in 2 siblings.
CASE REPORT
A 12 year old boy visited the Department of Pedodontia and Preventive dentistry along with his mother and siblings with a chief complaint of food lodgment and sensitivity in the upper right back region of jaw. On physical evaluation patient didn't reveal any other systemic abnormalities and no skeletal changes but over all dryness of skin, decreased sweat, scaly palm, frontal bossing, and low set ears were present ( Figure 1, 2 and 3 ). Intraoral examination revealed presence of caries lesion with maxillar right first premolar (14) . Since parent was unaware of this condition, same was explained and future consequences were told. Also examination of other two siblings (a boy and a girl) who had accompanied their brother was done. On physical examination same extra-oral features were seen with the boy ( Figure 6, 7 Figure  9 ). The other features include midline diastema, conical shaped 11, 21 ( Figure 10 ). Based on clinical and radiographic examination, diagnosis of ectodermal dysplasia with oligodontia was made. But the girl being the youngest of the three did not show any findings.
DISCUSSION
Dental agenesis is the most common developmental anomaly in humans, often presenting a significant clinical problem. 4 Schalk-vander Weide has suggested six and more permanent teeth (excluding third molars) as a criterion for oligodontia which is associated with systemic manifestations. 3, 7, 8 Oligodontia is also known as partial anodontia, severe/advanced hypodontia or selective tooth agenesis. 9, [10] [11] [12] Population studies on the prevalence of hypodontia suggest that majority (>80%) will present with ½ congenitally missing teeth and only < 1% will present with six or more teeth so, oligodontia is relatively rare condition. 7, 11 The incidence vary from 0.08 to 0.16%. 12 In a recently published study, a rate of 0.16% oligodontia was reported. 7 Frequency of congentially missing teeth was higher in girls than in boys. In the present case, occurrence was in boys. The teeth most commonly absent are permanent second premolar and maxillary lateral incisor. 12 The permanent first molars and maxillary central incisors are the most stable teeth.
7, 12, Molar absence, however, is a prominent feature of some forms of isolated oligodontia. 12 Oligodontia can occur in association with genetic syndromes such as ectodermal dysplasia, incontinentia pigmenti, Down syndrome and Rieger syndrome or as a non syndromic isolated familial triat or as a sporadic finding.
5,12,13, The pattern of tooth absence is influenced by the gene affected, as well as the type of mutation within the specific gene. 12 It affects permanent rather than deciduous dentition. 10 When oligodontia is associated with a syndrome there may be abnormalities of the skin, nails, eyes, ears and skeleton. 14 In severe cases, it is often associated with conical teeth, microdontia and delayed eruption of permanent teeth, an increased freeway space and retention of deciduous teeth and also with taurodontism.
14,15 Dentoalveolar characteristics include occlusal disturbances like deep-bite, crossbite, attrition, steep inclination of maxillary incisors, ectopic eruption and alteration of tooth morphology. In most cases of non syndromic familial oligodontia it is inherited as an autosomal dominant triat with reduced penetration. 5 The isolated genes include MSX1 and PAX9.The third gene involved is LTBP3.The EDA gene encodes a transmembrane protein that is involved in hypodontia/anhydrotic ED which is the most common form of ED which affects men more and features include-heat intolerance, decreased skin colour absence/reduced tears, large forehead.
In pure form of ED (type A) two or more features of ectodermal structures are involved like sweat glands and teeth. In the present case report both the boys had 22 and 16 permanent teeth missing with more than three features of ED. Hence, the present case was diagnosed as ED (type A) with oligodontia. Because of its variable genetic etiology, the presentation and subsequent clinical effect on the dentofacial structures of patients diagnosed with oligodontia may vary greatly. 12 This leads to social withdrawal, especially in adolescent years. 6 So, treatment requires a fully integrated interdisciplinary team approach with includes orthodontist, surgeons and prosthodontists. 7 Also a number of factors to be considered during treatment planning which includes age, number and condition of retained teeth, number of missing teeth, occlusion etc. 8 Common methods includes pre-restorative orthodontics, restoration with RPD/FPD and implant supported prosthesis. 8, 16 In the first case, 14 was restored with composite. Both the boys were kept under observation, since the parents did not give consent for any treatment.
CONCLUSION
Understanding such rare conditions like oligodontia with ED and correlating the features present in the case is important, especially when not all features of ED is seen. It's understood only when it's reported & diagnosed early. Its evaluation is done to improve the oral health & psychological distress of the child.
